Necrotising scleritis is the most serious and destructive form of scleral disease. It is rare and often associated with a variety of systemic disorders. This case report documents the onset of bilateral necrotising scleritis and marginal corneal ulceration after cataract surgery in a patient with a diffuse vasculitis syndrome. Immune complexes found in the conjunctiva and episcleral tissue may have been instrumental in triggering the inflammatory process.
Case report
A 67-year-old white female with a vasculitis syndrome presented for ophthalmological evaluation of painless, progressive loss of vision in both eyes. Her systemic disease began 3 years earlier with fever, chest pain, anaemia, and evidence of renal failure. A renal biopsy showed 'focal lobular glomerulitis ' . Early in the course of her illness chronic serous otitis of the right ear required treatment with a Teflon tube tympanectomy. Methylprednisone therapy was instituted and maintained continuously. The association of a vasculitis syndrome after acute otitis media has been reported. ' At the time of ophthalmological consultation of a tear volume deficit. There was no corneal infiltration or inflammation of the anterior chamber. There were dense lens opacities in both eyes, the left greater than the right. There was no sign of present or past scleral inflammation. The intraocular pressure was 17 mmHg in each eye. Indirect ophthalmoscopy through the dense lens opacities revealed a normal disc, vessels, and macular area in each eye. The patient underwent an uncomplicated left intracapsular lens extraction on 18 May 1977. The wound was closed with 5 buried 8-0 silk sutures beneath a limbal flap. She had an uncomplicated postoperative course and was maintained on atropine 1% drops 4 times a day, chloramphenicol drops 4 times a day, and dexamethasone phosphate drops twice a day for 5 weeks. The second or right eye underwent a similar uncomplicated cataract extraction 6 weeks after the first operation. The same technique with silk sutures was used. Three months after her last operation she was comfortable and seeing 20/25 in both eyes from her aphakic spectacles. The eyes were uninflamed except for some injection at each limbal area.
She returned 3 weeks later complaining of discomfort in both eyes. Examination of the right eye revealed erosion of a suture at the 11 o'clock position 1 mm from the limbus. There was also some peripheral corneal infiltrate from the 11-1 o'clock position. Examination of the left eye showed only erosion of a suture through the conjunctiva at the 10 o'clock position of the limbus. The superior limbal conjunctiva of each eye appeared somewhat oedematous. We thought we might be dealing with a peripheral staphylococcus corneal infection and/or a suture abscess. The exposed sutures were removed and topical chloramphenicol treatment was instituted. Culture of each eye showed only a few colonies of Staphylococcus epidermidis.
One week later the patient returned with more corneal infiltrate on the right and the start of infiltrate on the left. Reculture showed no organisms. She was started on topical dexamethasone every 2 hours. A week later she returned still very uncomfortable, with the process of peripheral corneal infiltration continuing. The limbal conjunctiva looked more inflamed and oedematous. The remaining buried sutures were removed in the office at the slit-lamp, and the patient continued on topical corticosteroids every 2 hours while awake and chloramphenicol eye drops 4 times a day. The remaining sutures were removed because it was thought they might be playing a role in the continuation of this uncontrolled inflammation. She returned 5 days later with more peripheral corneal infiltrate, loss of corneal stroma in each eye, and scleral melting on the left, radiating from the original 10 o'clock suture tract (Figs. IA and B) .
At this time we decided to debride the oedematous, inflamed, and necrotic-appearing limbal conjunctiva for therapeutic and diagnostic purposes. The patient was admitted to the New York Hospital and taken to the operating room. The friable conjunctiva and episcleral tissue over each limba area were surgically resected in the form of an ellipse concentric to the limbus. The superior 180°f rom the limbus to 4 mm posterior was removed in each eye. The tissue was placed in appropriate media and sent for histological and immuno- fluorescent studies. Postoperatively the patient was placed on hourly topical dexamethasone in each eye around the clock for 1 week, which was gradually tapered off as the corneal infiltrate disappeared.
Three weeks after rpmoval of the conjunctiva the corneas cleared of irifiltrate, developed epithelium, and the patient became much more comfortable. The scleral melting continued in the left eye insidiously ( Fig. 2A) .
It was difficult to convince the patient that she still had a serious problem, since she was now comfortable and the eyes were less injected. She was started on oral indomethacin, 100 mg per day in divided doses, to control the scleral necrosis. The topical corticosteroids were continued once a day in each eye. The scleral necrosis continued. After 1 month the patient was started on oxyphenbutazone, 600 mg per day in divided doses. The scieral necrosis continued on the left and became worse on the right. This medication was discontinued when no effect was shown after 3 weeks. No other medication was given at this time because of a drop in the patient's platelet count. The scleral necrosis continued for 1 month while the patient was off all medication and then suddenly stopped in the left eye and slowed in the right (Fig. 2B) . She has now been stable for the last 6 months.
HISTOPATHOLOGICAL FINDINGS
Microscopically the arteries, arterioles, and veins in the conjunctival-episcleral biopsy were surrounded by a cellular infiltrate consisting of polymorphonuclear neutrophils, lymphocytes, eosinophils, and in some areas plasma cells. The walls of some vessels were extensively infiltrated by inflammatory cells (Figs. 3A and B) . In addition, margination and diapedesis of polymorphonuclear neutrophils were present.
Frozen sections of the biopsy which had been embedded in gelatin were treated with fluoresceinated rabbit antisera to human IgG, IgA, IgM, IgE, C3, and fibrinogen. Examination of these sections revealed focal granula deposits of IgG (Fig. 3C ) IgM, and C3 (Fig. 3D ) in the walls of conjunctival vessels, indicating that immune complexes had been deposited. In addition fibrin was deposited focally in vessel walls, presumably at sites of injury (Fig. 3E) Our patient presented initially with discomfort and signs of marginal corneal ulceration. With resolution of the corneal involvement the symptoms subsided, but the destructive scleral process continued in an insidious manner, revealing the correct diagnosis of necrotising scleritis.
The corneal changes are similar to a Mooren's ulcer, which one might consider in the diagnosis in the absence of scleral involvement. Both types of ulcers are painful and gradually progressive. Mooren's ulceration, however, is not associated with any systemic disease or progressive scleral ulceration.5
The patient's past episode of left orbital cellulitis, presenting first with a limitation of elevation, may have been due to an unrecognised posterior scleritis. Inflammation of the posterior sclera is a difficult diagnosis to make and is deduced from its secondary effects on neighbouring tissues. 
